SUMMARY A 29 year old male presented with epileptic fits, progressive left sided focal seizures and epilepsia partialis continua, increasing left hemiparesis and mental slowing. Death occurred 2 years after the onset of the illness. Lesions were limited to the right cerebral hemisphere. Hypertrophic astrocytosis was diffuse throughout the gray and white matter but was more severe in the deep cortical layers and U fibres, where it was associated with vacuolar changes and capillary proliferation. Sparse perivascular lymphocytic cuffs, rod shaped microglia and microglial nodules were present. No inclusion bodies were found. These clinico-pathologic features were similar to the cases described by Rasmussen.'Only five necropsy cases of this rare disease have been reported previously, all in children. The aetiology is unknown.
mussen et al4 on surgical specimens from patients over the right fronto-parietal region. A second CT scan was who underwent operation for focal epilepsy. A com-normal. Daily doses of carbamazepine were increased and plete post-mortem examination was carried out only barbiturates were added without improvement. in one infantile case. It showed that the lesion -was Ten months after onset, the patient complained of clumsifocal and the condition was named "Chronic ness of the left hand and leg and permanent involuntary localized encephalitis at the origin of focal cerebral left-sided movements involving the limbs and the tongue. seizures". Since this original description only four Neurological examination showed persistent left sided myonecropsy cases have been reported to Gray, Serdaru, Baron, Daumas-Duport, Loron, Sauron, Poirier
The patient became bedridden and died 2 years after onset of the first neurological signs.
Pathological examination (1) Biopsy
The specimens obtained by serial stereotactic frontal biopsy were divided in two parts: one was fixed in 10% formaldehyde, embedded in paraffin wax and stained by routine histological methods. The other was fixed in 2-5% glutaraldehyde, post fixed in 1% osmium tetroxide, embedded in epoxy resin. Thin sections were stained with uranyle acetate and lead citrate for electron microscopy. Histological examination showed proliferation of hypertrophic astrocytes throughout the gray and white matter, most severe in the fifth and sixth cortical layers and U fibres. Sparse perivascular lymphocytic cuffs and proliferation of rod shaped microglia with microglial nodules were observed in the cortex. Microcystic changes were marked in the underlying white matter. No inclusion bodies were found by light or electron microscopy.
(2) Post-mortem examination was carried out 6 hours after death and showed bilateral decubitus ulcers and aspiration bronchopneumonia. The brain was examined after one month of 10% formalin fixation. Neuropathological Examination The brain weighed 1600 g and showed mild right hemispheric atrophy, most severe in the fronto-temporal region, with dilatation of the lateral ventricle more marked in the temporal horn. The right cortical ribbon was thinned in the motor strip and Ammon's horn. The entire junction between cortex and white matter looked reddish-brown on the right side (figs 1, 2). The left cerebral hemisphere, the cerebellum, brainstem and spinal cord were grossly normal. The arterial supply of the brain was unremarkable. Microscopic examination Blocks from both cerebral hemispheres, cerebellum, brainstem and spinal cord were embedded in paraplast or in celloidin and stained with haematoxylin and eosin, Loyez stain for myelin, Masson trichrome and Bodian silver impregnation combined with Luxol fast blue. In 7 <v Hemispheric lesions were limited to the right side: they involved the cortex predominantly and were severe in the precentral gyrus, especially in the pars opercularis where nerve cells were reduced and microvacuoles occupied the whole thickness of the cortex except the first layer. Ammon's horn showed mild neuronal loss, capillary proliferation and gliosis with Rosenthal fibres. The remaining cortex was better preserved: neurons were usually spared, vacuolation was less severe and was confined to the fifth and sixth layers with extension to the subcortical white matter. In these latter areas it was associated with massive hypertrophic gliosis and capillary proliferation (fig 3) . Sparse rod shaped microglia, microglial nodules and lymphocytic perivascular cuffing were present throughout the whole cortex and U fibres but were more abundant in the better preserved areas (fig 4) .
In the deep white matter only mild hypertrophic gliosis and few perivascular cuffs were present. The claustrum showed slight neuronal loss, microvacuolation and massive hypertrophic gliosis. Marked neuronal loss and fibrillary gliosis with Rosenthal fibres were observed in the medial nucleus of the thalamus. The basal ganglia were otherwise unremarkable.
The leptomeninges were thickened and showed increased fibrous tissue; they contained inflammatory mononucleated cells.
In the left hemisphere, the cortex including Ammon's horn, white matter, basal ganglia and leptomeninges were normal.
The brainstem and spinal cord showed myelin loss and atrophy of the cortico-spinal tract. Nerve cell loss and gliosis were present in the right pontine nuclei, left cerebellar hemisphere, left dentate nucleus and ventral lamella of the right inferior olive.
There were neither haemorrhages nor ischaemic neuronal changes. No inclusion bodies could be found at any level of the central nervous system. A section from right parietal cortex immunostained with primary antibody directed against SAF protein disclosed no positive staining structures.
Discussion
The association in our patient of persistent left sided clonic muscular twitches and focal epileptic seizures affecting one side of the body supports the diagnosis of epilepsia partialis continua.2 8 Since the original description of this syndrome' there has been considerable controversy regarding possible cortical or subcortical mechanisms. Recent investigations which have demonstrated the cortical origin of epilepsia partialis continua2 3 are supported by the morphological findings in the present case. They show the most severe and destructive changes in the right precentral gyrus. We interpret the lesions in the thalamus, brainstem, cerebellum and spinal cord as the consequence of this motor strip necrosis. The involvement of the claustrum is unusual and so far unexplained.
In 1958 Rasmussen et al4 first drew attention to the histological features of active encephalitis in surgical specimens from children operated on for intractable focal seizures. In further publications9 - 12 Rasmussen stressed the distinctive clinical and histological features of what he called "chronic localised encephalitis at the origin of focal cerebral seizures." Since then a few more case reports of such "smouldering encephalitis" have appeared5 6 13-15 some without detailed clinical or neuropathological description. '6-18 The clinical data in our observation are very similar to those previously reported as chronic localised encephalitis: they include medically refractory focal seizures, often associated with episodes of epilepsia partialis continua, slowly progressive neurological deterioration with hemiparesis and mental slowing, normal CSF or transitory protein elevation with variable increase of WBC, localised epileptiform activity increasing in severity and extent on serial EEGs, progressive atrophy of one hemisphere on repeated pneumoencephalograms or CT scans, progressive course over a period of years with spontaneous stabilization in most cases; in the most severe forms, death occurring in the first two years. However the adult onset of the disease in the present case is atypical; in a series of 27 patients,9 only one became ill at age 31; all the remaining patients had their first seizures prior to age 15 years.
Gray, Serdaru, Baron, Daumas-Duport, Loron, Sauron, Poirier In most cases of chronic localised encephalitis pathological examination has been performed on surgical specimens. It showed the association of destructive changes with little or no evidence of inflammation, and alterations typical of active encephalitis in relatively well preserved areas. A post mortem examination of the brain was carried out only in six cases (refs 4-6 and the present case). It confirmed that the lesions were confined to one hemisphere. Extension to midbrain, pons, medulla and ipsilateral cerebellar hemisphere was observed only in one case (ref 5, case 5). The lesions involved predominantly the fronto-temporal cortex and were more marked in the fifth and sixth layers extending to the U fibres. A concentric pattern was obvious in our case: the fronto-temporal and to a lesser extent parietal areas surrounding the necrotic pars opercularis of the precentral gyrus, contained severe gliosis and vacuolation. These latter changes were milder in peripheral regions which showed more marked inflammatory alterations. This supports the hypothesis of a centrifugal spread of the disease which was already suspected on clinical grounds and serial histological examinations.5 10 The aetiology of the disease remains undetermined. Although a viral encephalitis is suggested on histological grounds, none of the patients had developed an obvious encephalitic episode and the CSF was usually normal. Nevertheless an inflammatory episode of some sort is frequently found at, or shortly before, the onset of seizures. It is of interest that our patient developed a choroiditis on the same side as the hemispheric lesions. In addition, repeated lumbar punctures showed transitory protein elevation and/or WBC count abnormalities in many cases. These elements have led Rasmussen9 and Gupta et al5 to suggest that some impairment of immune defence mechanisms, genetic peculiarities, or viral mutation could account for the chronic course of a virus induced encephalitis as in subacute sclerosing pancencephalitis. It 
